Case 1, a girl, presented to the neurology department at the age of 16 days. Both parents were healthy; the mother was 36 and the father 37 years old. The pregnancy was normal with iron supplementation the only drug taken. Labour was induced at 37 weeks' gestation for maternal hypertension and prolonged rupture of the membranes. Delivery was by emergency caesarian section for failure to progress in the second stage of labour. The birth weight was 4220 g ( > 97th centile) and the occipitofrontal head circumference was 432 cm (well above the 97th centile). Several abnormalities were noted. There was a prominent forehead with large anterior and posterior fontanelles (fig 1) , postaxial polydactyly of both hands (fig 2) , syndactyly of the fourth and fifth toes of both feet, and mild correctable talipes equinovarus deformities of both feet. Dimples were noted on the lateral aspects of both knees. There were two nodules on the anterior aspect of the tongue (fig 3) . There was no visual fixation and unusual eye movements were noted. These consisted of slow, rhythmical, alternating, conjugate lateral eye movements, the eyes staying for about one second at the extreme of lateral gaze then swinging to the other side for one second with a frequency of 16 per minute ( fig   1) . These movements were continuous while she was awake, stopping only when she began to fall asleep. The pupils were small but reactive to light. The fundi were normal. Vertical doll's eye movements were normal and lateral 
The orofaciodigital (OFD) syndromes are a group of syndromes with considerable heterogeneity that have been subdivided on the basis of distinguishing clinical and genetic features. We present the second report of OFD type III in two affected sibs. The principal features were lingual hamartomas, postaxial polydactyly, malformations of the cerebellar vermis, and characteristic 'metronome' eye movements. One sib had the Dandy-Walker syndrome.
Case reports CASE 1 Case 1, a girl, presented to the neurology department at the age of 16 days. Both parents were healthy; the mother was 36 and the father 37 years old. The pregnancy was normal with iron supplementation the only drug taken. Labour was induced at 37 weeks' gestation for maternal hypertension and prolonged rupture of the membranes. Delivery was by emergency caesarian section for failure to progress in the second stage of labour. The birth weight was 4220 g ( > 97th centile) and the occipitofrontal head circumference was 432 cm (well above the 97th centile). Several abnormalities were noted. There was a prominent forehead with large anterior and posterior fontanelles (fig 1) , postaxial polydactyly of both hands (fig 2) , syndactyly of the fourth and fifth toes of both feet, and mild correctable talipes equinovarus deformities of both feet. Dimples were noted on the lateral aspects of both knees. There were two nodules on the anterior aspect of the tongue (fig 3) . There was no visual fixation and unusual eye movements were noted. These consisted of slow, rhythmical, alternating, conjugate lateral eye movements, the eyes staying for about one second at the extreme of lateral gaze then swinging to the other side for one second with a frequency of 16 per minute (fig 1) . These movements were continuous while she was awake, stopping only when she began to fall asleep. The pupils were small but reactive to light. The fundi were normal. Vertical doll's eye movements were normal and lateral There were brothers aged 11 (case 2) and 6 years; the younger brother was unaffected. One other brother had died at the age of 10 weeks of sudden infant death syndrome. Both parents were normal with no relevant past medical history. CASE 2 Case 2, the older brother, had several abnormal features in common with his sister. Five similar lumps on his tongue had been removed early in his life (histology showed hamartomata). He had a natal tooth which was removed and later had dental malocclusion. He had postaxial polydactyly on the left hand and a bifid fifth finger on the right. Other abnormalities noted were a unilateral single palmar crease, mild correctable talipes equinovarus present at birth, a high arched palate, a right inguinal hernia, and bilateral partial posterior choanal atresia. At the age of 11 years he also displayed a striking abnormality of his eye movements consisting of rotatory nystagmus and a tendency for the eyes to deviate to the right or left limits of lateral gaze (fig 4) . The eyes tended to stay in the extreme of lateral gaze and he had difficulty in maintaining the eyes in the position of primary fixation. At the age of 17 years he was able to hold his gaze at the central point momentarily but still showed slow irregular horizontal eye movements. Generally when fixing his gaze he did so at either the right or left extreme of lateral gaze. Assessment of visual acuity indicated a mild hypermetropia as he got older. The appearance of the optic fundi, the electroretinogram, and visual evoked responses under anaesthesia were normal. Hearing was normal. He was moderately mentally retarded with severely subnormal spatial orientation and construction skills, but only just below average verbal comprehension skills. He did not have hydroceph- Type III refers to a single case report by Sugarman et at of a syndrome present in two sisters who had facial, lingual, and hand abnormalities, and profound mental retardation. The most significant and distinguishing finding was an abnormality of eye movement present in one of the sisters. Not only was this considered to be a feature of a new variant of OFD syndrome but also the eye movements themselves were considered unique as a congenital disorder of eye movement. The movements were described as ceaseless winking of the eyelids of five minutes duration alternating from one eye to the other as a continuous rhythmic seesaw movement with reciprocal movements occurring approximately 12 times The presence of two affected sibs in this family, with normal parents, would be compatible with autosomal recessive inheritance.
